Sir,

Angiokeratomas consist of one or more dilated vessels in the papillary dermis accompanied by an epidermal reaction in the form of acanthosis and/or hyperkeratosis.\[[@ref1]\] There are 5 major clinical subtypes of angiokeratoma out of which angiokeratoma circumscriptum (AC) is considered to be the rarest.\[[@ref2]\] Herein, we present an unusual case of acquired angiokeratoma circumscriptum presenting on the breast with few unusual features.

A 45-year-old female presented to our outpatient department with reddish raised lesions over the right breast for the past 15 years, associated with intermittent bleeding on scratching. There was no history of trauma or prolonged breastfeeding. On examination, the patient had multiple erythematous to bluish-colored papules and plaques, with associated underlying telangiectasias. The nipple-areola complex was normal, however, asymmetry in breast size was seen \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\]. On palpation, the lesions were firm, nontender, and regional lymphadenopathy was absent. Mammography demonstrated prominent ducts in the upper quadrant of the right breast and was assigned a BIRADS category 2 suggesting benign findings. Ultrasound demonstrated soft tissue hypertrophy while the doppler did not reveal any abnormality. Histopathological evaluation revealed dilated and congested papillary dermal capillaries with irregular acanthosis and variable hyperkeratosis of the epidermis and elongation of the rete ridges forming a collarette \[Figures [3](#F3){ref-type="fig"} and [4](#F4){ref-type="fig"}\]. Based on the clinicopathological correlation, a diagnosis of angiokeratoma circumscriptum was made.

![Multiple reddish-purple papules, 2--10 mm in size, with few of them coalescing to form verrucous plaques with underlying telangiectasias over the right breast](IDOJ-11-655-g001){#F1}

![Asymmetry in breast size: affected breast is associated with soft tissue hypertrophy](IDOJ-11-655-g002){#F2}

![A skin biopsy was done and histopathology revealed- Dilatation of papillary dermal vessels forming large cavernous channels with irregular acanthosis of the epidermis and elongation of the rete ridges partially enclosing the vascular channels forming the epidermal collarette](IDOJ-11-655-g003){#F3}

![(H and E 400×) Dilatation of papillary dermal vessels forming large cavernous channels with congested erythrocytes inside the vascular spaces (Black arrow). Associated hyperkeratosis and irregular acanthosis of the epidermis (Maroon Arrow). Elongation of the rete ridges partially enclosing the vascular channels forming the epidermal collarette (Blue Arrow)](IDOJ-11-655-g004){#F4}

Angiokeratomas are vascular lesions characterized by ectasia of the papillary dermis vessels with a secondary epidermal reaction.\[[@ref1]\] The pathogenesis remains largely unclear, although several factors such as congenital causes, pregnancy, and tissue asphyxia have been implicated.\[[@ref2]\] Angiokeratoma circumscriptum is considered to be the rarest type and usually presents at birth, although childhood and adult-onset have also been described.\[[@ref1][@ref2]\] They present as single or multiple, 2-10 mm, erythematous to bluish papules and nodules which coalesce to form verrucous, hyperkeratotic plaques.\[[@ref1][@ref2]\] They are most commonly present over the lower limbs, arms, or trunk and are unilateral in most patients.\[[@ref2]\] The histopathological findings are characterized by dilated, thin-walled, congested capillaries in the papillary dermis with the overlying epidermis demonstrating acanthosis and hyperkeratosis. Elongated rete ridges may enclose these dilated vascular channels, forming an epidermal collarette at the margin of the lesions. The deep dermis and hypodermis remain uninvolved.\[[@ref3]\] The differential diagnosis of AC may be ruled out based on their characteristic histopathological differences and may include verrucous hemangioma showing hyperkeratosis, dilated capillaries in the deep dermis and subcutaneous fat, Cobb syndrome, and angioma serpiginosum which is rarely associated with hyperkeratosis lymphangioma circumscriptum which further demonstrates vascular spaces without congested erythrocytes, verrucae, and melanoma wherein atypical melanocytes invading the dermis are characteristically seen\[[@ref4][@ref5]\] For smaller lesions, local excision or electrocautery remain the preferred treatment modalities while the larger lesions usually respond well to a wide, deep excision, and grafting. Other treatment options include cryotherapy, diathermy, and laser ablation (argon, C02, KTP). Herein, we report a case of angiokeratoma circumscriptum on the breast. We report this case due to its unusual features including an uncommon location, associated soft tissue hypertrophy, underlying telangiectasias, and later onset. Moreover, AC on the breast has been rarely reported and to our knowledge, only four case reports \[[Table 1](#T1){ref-type="table"}\]exist in the literature.\[[@ref4][@ref6][@ref7][@ref8]\] Associated telangiectasia\'s are an unusual finding and soft tissue hypertrophy without an underlying deeper vascular component has also been rarely described.\[[@ref1][@ref4][@ref6][@ref8]\] Late-onset of disease as in our case has also been uncommonly reported.\[[@ref4][@ref6][@ref7][@ref9]\] Our patient was offered a wide excision and grafting; however, the patient was lost to follow-up.
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  Talwar and Suresh (1992)\[[@ref4]\]    Angiokeratoma circumscriptum: Some unusual features                                                                      Late-onset, unusual site, bilateral involvement and associated telangiectasia
  Karadag and Simsek (2009)\[[@ref6]\]   Multiple Angiokeratomas on the breast                                                                                    Late-onset, unilateral, no telangiectasias
  Cakmak and Gonul (2009)\[[@ref7]\]     Unilateral Angiokeratomas on the breast                                                                                  Late-onset, unilateral, no telangiectasias
  Kwak and Park (2017)\[[@ref8]\]        Angiokeratomas on the nipple associated with enlargement of the ipsilateral breast: A rare lesion in an adolescent boy   Early-onset, restricted to the nipple, enlargement of ipsilateral breast
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